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From the Department of Medicine, University of Southampton and Wessex Neurological Centre, Southampton SUMMARY A 17-year-old girl with Lafora body disease received short-term cerebellar stimulation but her epilepsy failed to improve and no changes were detected in her EEG. Neither visual nor somatosensory evoked potentials were changed by short bursts of cerebellar stimulation.
Lafora body disease is a form of progressive myoclonic epilepsy characterised by mucopolysaccharide inclusions in the brain and other tissues including the liver, the heart and muscles.' Cerebellar stimulation has been reported to suppress various forms of epilepsy2 and to be effective in myoclonic seizures.3 Immediate inhibitory effects of cerebellar stimulation on the EEG and somatosensory evoked potentials have been described in patients with various forms of epilepsy.4 5 In a number of these patients, epileptic attacks virtually ceased from the onset of stimulation, while other patients showed a more gradual improvement building up over several weeks. This report describes an attempt to reproduce these acute changes in the EEG and clinical state in a patient undergoing diagnostic biopsy for progressive myoclonic epilepsy.
Case report
The patient, a 17-year-old girl, had suffered with progressive myoclonic epilepsy and encephalopathy of undetermined cause since the age of 11. She was referred for a trial of cerebellar stimulation and at the time of her admission she was severely disabled by frequent grand mal seizures, absences and myo-clonic jerks which were much worse in bright light. She could not walk unaided because of the combination of ataxia and frequent minor seizures. Her mental function was severely impaired; psychometric assessment was difficult but indicated a mental age of approximately 10 years. According to her parents, her condition fluctuated considerably and this greatly complicated her management at home. On some days she would be well enough to converse and enjoy family outings, but on others she appeared barely conscious. Her anti-convulsant treatment was primidone 1 g, sodium valproate 400 mg and ethosuximide 1 g, daily in divided doses. Previous trials of clonazepam, phenobarbitone, phenytoin and primidone had not been successful.
After discussion with the patient's family, it was decided to perform a brain biopsy in order to establish the precise diagnosis and define the prognosis; at the same time cerebellar stimulating electrodes would be implanted temporarily. The aim of treatment in this case was to prevent the severe and unpredictable fluctuations in her clinical state. It was accepted that the patient had a progressive encephalopathy that could not be reversed by stimulation, and therefore we considered that only a short trial of stimulation would be acceptable. The intention was to continue with long-term stimulation only if temporary stimulation produced the short-latency clinical and physiological effects previously reported in some successfully treated cases.
Methods

Through enlarged occipital burr holes two pairs of 364
Absence of clinical or physiological changes during short-term cerebellar stimulation eight button cerebellar electrodes with a total geometric surface area of 140 mm2 were placed over the superior surface of the cerebellum on each side near to the midline (fig 1) . The leads were brought subcutaneously down each side of the neck to exit sites over the supraspinati muscles. In order to confirm our clinical impression of Lafora body disease, a cerebellar biopsy was taken from the cortex lateral to the site of implantation and during the same anaesthetic the liver and right quadriceps femoris muscle were also biopsied. After the operation, strict asepsis was maintained around the exit sites of the leads and she was treated with penicillin, sulphadimidine and acetozolamide. Intermittent cerebellar stimulation was begun on the 3rd post-operative day and was continued for the next five days. 
Clinical effects
Immediately after recovery from the anaesthetic, but before any stimulation had begun, there was marked improvement in the patient's condition.
She was more alert and had no seizures for 48 hours. Gradually her condition relapsed. The periods of therapeutic stimulation had no effect clinically upon her or upon her epilepsy and she had reverted to her previous state by the eighth day after operation. Her photosensitivy was the last 
